region there is an infiltrated slightly raised plaque 3 cm. in diameter of a bluish-red colour with dilatation of the follicles over the surface (Fig. 1) . General cular openings which are a characteristic of eosinophilic granulomata. Marrow biopsy (Dr. E. K. Blackburn).-The marrow was obtained with ease and the smears appear cellular. The erythron is normoblastic, while the leucon shows an eosinophilic reaction which appears to be somewhat unusual in type. Eosinophil premyelocytes are present, and some eosinophils are amphophilic. The thrombon is well represented.
The only abnormality is a somewhat unusual eosinophilic reaction. I have seen a similar one recently in a child with eosinophilic granuloma of bone, the smears being taken from an area of bone not radiologically involved. So far as I am aware, there is no comprehensive survey of bone-marr-ow smears in eosinophilic granulomatosis in the literature.
Histology (Dr. L. C. D. Hermitte).-The epidermis is generally of normal thickness but the rete cones are largely absent and, where present, they are short and narrow. There is a well-marked layer of collagen immediately under the epidermis of equal thickness to the latter, which shows no infiltration with inflammatory cells. A marked contrast with the rest of the corium which shows thick infiltration of a pleomorphic collection of inflammatory cells consisting of histiocytes, neutrophil polymorphs, eosinophil polymorphs, mast cells, plasma cells and lymphocytes. On the whole this infiltrate is diffuse but under low power it can be seen to be more concentrated perivascularly. The vessels thus involved are either capillaries or very small arterioles and their endothelium is swollen and their walls appear thickened by a loose concentric arrangement of collagen. The eosinophils are more concentrated in some foci than in others but they are generally scattered loosely amongst the, other cellular infiltrate.
Comment.
-This case appears to be another example of the localized facial granulomata with a predominantly eosinophilic infiltrate which have been reported in the last few years in England by Wigley (1945) , Borrie (1950) and Rook (1950) , and in America by Buley (1946 ), Lever (1947 ), Lever et al. (1948 , Oliver et al. (1949) , and Cobane et al. (1950) . The patient shows the characteristic reddish-brown and purplish, thickened but soft, plaque situated on the face, which is the only site in which so far this condition has been described. The lesion shows well the prominent follicular openings commented on by Lever (1947) . The case differs from all other reported cases in showing a raised eosinophil count in the peripheral blood and an eosinophilic change in the sternal marrow.
Histologically the infiltrate, which is made up of histiocytes, polymorphs, plasma cells and eosinophils is grouped mainly around the capillaries and these show swelling and degenerative changes in their endothelial cells. This suggests that the primary damage may occur in the blood vessels an-d that the condition is a degenerative or inflammatory disease of the cutaneous blood vessels rather than a true granuloma.
POSTSCIuPT (9.4.51).-3 doses of X-rays 100 r have produced no alteration in the lesion.
Dr. I. W. Whimster: The lesion is composed of perivascular foci of severe, fibrinoid connective tissue degeneration and inflammatory cell infiltration affecting the walls and supporting tissues of all the vessels in the dermis save the capillaries of the papille and the larger vessels in the deepest layer of the dermis. The foci are often confluent but still obviously perivascular in origin. Among the inflammatory cells present are numerous eosinophils.
The name "eosinophilic granuloma" seems unfortunate since granulation tissue plays no part in the structure of the lesion, which appears rather to be a vascular and perivascular degeneration and inflammation, resembling in some respects that seen in erythema multiforme and polyarteritis nodosa. H. E., a printer, aged 42. Duration of generalized eruption: twenty-five years. At the age of 17, the patient developed a faint red, non-scaling, non-irritating rash on the chest and axille. Four years later this spread to involve the sides of the neck and the antecubital fossx. Sixteen years ago similar lesions appeared on the thighs and in the popliteal fossee.
He was shown to the Dermatological Section by Mitchell-Heggs, G., and Jacobsohn, F. W. (Proc. R. Soc. Med., 29, 717), in 1936 as a case of poikilodermia, and at that time the lesions affected the side of the neck, axilla, epigastrium, popliteal and ante-cubital fosswe. There were also erythemato-squamous patches on the chest, back and abdomen.
A biopsy report in 1936 stated: "In the upper third of the dermis, there is a dense infiltrate of round cells lying in an cedematous reticulum. Histiocytes and chromatophores are also present. This infiltrate extends upwards into the papillary body and shows a moderately sharp lower border. There is only scanty elastic tissue in the area occupied by the infiltrate, but beneath this area no elastic changes were observed."
In 1936 he was treated with thorium X with some improvement, but this was not maintained. When seen six weeks ago, the patient had noticed little change until seven months ago, when generalized irritation occurred for the first time, and "swellings" appeared in the left axilla and on the left side of the chest. These subsided in about three months, but new lesions appeared on the abdomen, left arm and right axilla. Throughout his health has been good, and he is gaining weight. On examination.-There is a widespread eruption affecting both sides of the neck, shoulders, axillk, arms, chest, back, abdomen and thighs.
The lesions on the neck, axillze and right thigh resemble a chronic radiodermatitis with atrophy, pigmentation and telangiecta-sia. On the arms and trunk the lesions are bright red, with adherent scaling, small hemorrhages and telangiectasia. The affected skin is atrophic. In addition, there are light brown erythemato-squamous patches on the back over the scapulk and on the front of the chest. On the right axilla, left upper arm, left chest and abdomen are cyanotic infiltrated plaques. The lesion on the abdomen has recently ulcerated.
Lymph glands: There is bilateral enlargement of the inguinal glands, but no lymphadenopathy elsewhere.
Investigations.-X-ray chest normal.
Blood: Hb 104o%; W.B.C. 11,850; neutros. 67%o; lymphos. 22%Y; monos. 11%.
Biopsy report (Dr. I. W. Whimster).-From left upper chest area ofpoikilodermia: Epithelial depigmentation and slight hyperplasia and superficial dermal and epidermal infiltration by inflammatory cells. There is also some superficial vascular dilatation, and elastic tissue has disappeared from the upper third of the dermis. The appearances are compatible with the diagnosis of a premycotic eruption.
Biopsyfrom infiltratedplaque on right side ofabdomen: Severe irregular epithelial hyperplasia and infiltration of the upper layer of the dermis by inflammatory cells of almost all types. The infiltrate freely invades the epidermis and extends downwards into the dermis along the line of vessels and appendages. The appearances are very suggestive of mycosis fungoides. Comment.-In 1906 Jacobi described the first case of poikilodermia atrophicans vasculare, and in the same year Petges reported a case with identical skin changes in association with dermatomyositis. Since then, the name poikilodermia has been applied to a number of cases of dermatomyositis, and has led to a good deal of confusion. But in 1921, Lane described a case of widespread poikilodermia of twelve years' duration, in which there was no muscle weakness, and this patient died of Hodgkin's disease a year later.
Since 1921, there have been many similar cases reported in the Continental and American literature in which poikilodermia preceded by many years the appearance of a reticulosis (Oliver, 1936) .
This case is interesting in that poikilodermia preceded the onset of mycosis fungoides by twenty-five years, and is one more case to support the belief that poikilodermia atrophicans vasculare is not a disease per se, but merely a stage in the development of a reticulosis, the most common being mycosis fungoides. Mrs. D. B., aged 49, complains of an irritating rash in the groins for twenty-three years. Has been treated in the past with X-rays and radium needles. The condition worsens in the summer months. The areas affected are the groins, armpits and under the breasts. Boils have occurred in these areas from time to time. Both groins and upper thighs show a sheet of flat lichenoid papules and discrete, slightly warty papules at the periphery. There was a simple intertrigo of the anal skin and under the left arm, a dry intertrigo of the left ear and a plaque offausse teigne of the scalp. One finger showed a paronychia from which monilia was cultured.
Enquiry has elicited that one brother had had an affection of the groin. It was thought that the condition was a lichenified infective eczema except that the outlying papules suggested lichen simplex. Some were horny and warty, resembling the primary lesions of Darier's disease.
There History.-In 1939, when 25 years old, she experienced a burning pain in the left shoulde and down the left arm, which was followed in a few days by a skin eruption on the lei arm. This slowly spread to the left shoulder and left side of the back, and has since appeare on the left breast. The skin changes were similar to those present to-day and never consiste of blisters. Since the onset she has had recurrent attacks of pain in the affected area of th skin and in both shoulders. The eruption has regressed from the left arm but has slowl spread on the chest and left breast. The patient had a nervous breakdown at the age of 1 and again sixteen months ago, and she is at present under treatment at the West End Hospitl for Nervous Diseases. back of the thorax they do not quite reach the mid-line. They consist of slightly raised, rathi ill-defined areas, between 3 mm. and 20 mm. across, with an irregular surface, appearing t be made up of aggregations of small papules. This is most evident at the periphery of tbl esions. They are flesh-coloured to light brown and are of the consistency of normal skin
No abnormality was found in other systems, including the central nervous system.
Histological examination. A portion of the edge of a lesion with some normal skin wa removed. In the affected part of the section there is slight thickening of the epidermis an broadening of the rete pegs. Tn the cutis the elastica is slightly irregular mn pattern but n changes can be seen in the collagen.
Comment. Clinically this case resembles the type of navvus usually known as the connectis tissue neffvus. Lewandowsky (1921) reported three such cases and suggested the name "Nawflus elasticus regionis mammari&r. Since then various other names have been given t it, including "cobblestone navus', "zosteriform navus", and "connective tissue nxevus' which latter name is now generally accepted. USnder this name Dr. Twiston Davies (193( described two cases in Wvhich histological examination of the lesions showed absence of tlb elastic tissue and fragmentation and swelling of the collagen bundles. In one case there wet also lesions of the Pringle type of sebaceous adenomaM Steiner (1944) gives a comprehensive review of the literature, citing 37 cases, in addition to one described by himself. Clinically these nzevi show two important features, one, the discrete papules, which when aggregated produce the "cobblestone" effect, the other, the systematized arrangement of the lesions, these being either in bands or in zosteriform distribution. The histological changes are usually confined to the connective tissue of the cutis and are often inconspicuous. Thickening, clumping, and homogenization of the collagen bundles occur in some cases, while in others there is breaking up and irregularity of the elastic fibres. The most that can be said of the changes in this case is that they are not incompatible with a diagnosis of connective tissue nxvus. The similarity of the clinical features with those described under the name of the connective tissue navus is sufficient for a firm diagnosis, despite the scant histological' changes.
No reference could be found to any symptoms associated with this navus and it is difficult to explain the pain experienced at its onset in this case, except as being due to an unconnected cause, which focused her attention on the skin condition.
Case The changes consist of small and very slightly raised paptules and streaks. These are flat-topped and rather shiny, giving the impression of lichenification, and some have a browmish spot in the centre. The whole lesion is faint dirty brown. Comment.-Unfortunately permission for a bidpsy was refused by the parents, but the clinical picture suggests a diagnosis of connective tissue nievus. I wish to thank Dr W N Goldsmith for kindly allowing me to publish these cases Med., 1950, 42, 896 . Jacqueline, aged 20 months. A "pimple" appeared on the upper lip in October 1950 which ulcerated after two weeks, then improved with ointment. The parents and the family doctor considered this to be a septic spot and did not worry about it.
In February 1951 a lump appeared in the neck for which specialist advice was sought. The surgeon suggested the tuberculous nature of the gland and sent the child to the E.N.T. surgeon, who considered the tonsils normal, and also to the Skin Department.
Family History. -Grandfather, who lived in the same house, died one month ago of pulmonary tuberculosis; he was fond of the child and frequently kissed her. An uncle also has pulmonary tuberculosis. The parents' chests are radiologically normal.
On 28.2.51 there was a slightly raised lesion on the upper lip I in. x i in. of dusky erythematous colour. The surface was smooth and the edges sharply demarcated. At first sight theie was little specific in its appearance, but on diascopy several areas of an apple jelly colour were evident. There was a firm painless gland of pea size under the right mandible, not fixed to the skin or deep tissue.
A tuberculin jelly test was strongly positive. Chest X-ray was normal. On March 7 the skin lesion had lost its erythematous colour, and a few outlying yellowish follicular papules had appeared.
The gland, however, had greatly increased in size and was fluctuant, with red scaly overlying skin. It was aspirated, and large numbers of acid-fast bacilli found. The skin lesion was scraped gently and material examined directly, with negative result; culture and guinea-pig inoculation were also negative. Now the skin lesion is smaller and of less frankly tuberculous appearance, and the gland is subsiding.
No treatment has been given, except aspiration of the gland. Dr. L. Forman: There seems to have been an unusually long period of time-four or five monthsbetween the appearance of the ulcer on the lip and the gland. These cases are very rare, and I do not think I have seen more than two.
Dr. D. E. Sharvill: The children's department of King's College Hospital has seen several cases of primary tuberculous ulcers in the last two or three years, but we have diagnosed none in the Dermatological Clinic.
Dr. R. E. Bowers: I saw a child aged 2 with an ulcer on the side of the face. There was a neat little chain of lupus nodules along the lymphatics between the ulcer and the gland. I treated her with calciferol and the condition cleared up entirely. She was observed for about three years afterwards. Dr. J. Sommerville: These cases are exceptionally rare. During the last eighteen months we have had 2 cases at the Westem Infirmary, Glasgow, that were distinctly comparable with Dr. Sharvill's case, going through the same processes, and both cleared up with calciferol treatment. At a meeting of the North British Society in Newcastle last year my attention was drawn to this question by a local paediatrician, who produced 4 cases.
Dr. D. S. Wilkinson: We had a child at St. Peter's Hospital, Chertsey who developed a similar primary lesion at the age of about 3 months. First there,was an ulcer and then the cervical gland became large and soft and aroused our suspicions. We treated the child with calciferol. The gland gave trouble for a long period but we aspirated it and eventually it cleared up. The ulcer had healed earlier.
